INTRODUCTION
============

Parry-Romberg syndrome (PRS) also known as \"progressive facial hemiatrophy\" is characterized by a progressive but self-limited atrophy of the skin and subcutaneous tissue on one side of the face \[[@B1],[@B2]\]. PRS was first reported by Parry and then described as a syndrome by Romberg \[[@B3],[@B4]\]. There is a progressive wasting of subcutaneous fat, sometimes accompanied by the atrophy of skin, cartilage, bone, and muscle \[[@B5]\]. It overlaps with a condition known as linear scleroderma \"en coup de sabre\" \[[@B6]\]. In most of the instances atrophy is usually confined to one side of the face and cranium; however it may occasionally spread to the neck and one side of the body \[[@B7],[@B8]\]. The onset is insidious and the condition usually manifests in the first or the second decade of life with skin changes resembling scleroderma \[[@B9],[@B10]\]. Progression of the disease is rapid in the two to ten years following onset and then stabilizes \[[@B2]\]. It is usually accompanied by neurological complications like trigeminal neuralgia, migraine, seizures and changes in the eyes and hair \[[@B11]-[@B13]\]. Partial seizures have found to be most common neurological complication \[[@B14]\]. In a survey conducted worldwide 11% of the patients with PRS had coexistent epilepsy \[[@B15]\]. The aetiology of this condition is unclear \[[@B16],[@B17]\]. Many theories have been postulated to explain this rare disease like autoimmunity, trigeminal theory and etc \[[@B2]\]. Hemifacial atrophy occurs sporadically and some familial distribution has been found \[[@B18]\]. The disease is common in females and the male to female ratio is 3 : 2 \[[@B5]\]. Ocular involvement is common and the most frequent manifestation is enophthalmos \[[@B19]\]. There are no published trials of the treatment, however the restorative plastic surgery which includes fat or silicone implants, flap/pedicle grafts, or bone implants can be used \[[@B6],[@B20]\]. Radiographically, the teeth on the involved side appear small and usually have short roots \[[@B21]\].

Authors herein present a case of a rare and an uncommon case of Parry-Romberg syndrome.

CASE DESCRIPTION AND RESULTS
============================

A 31 year old female patient reported to the Department of Oral Medicine and Radiology, AB Shetty Memorial Institute of Dental Sciences, Nitte University, Deralakatte, Mangalore, Karnataka, India, with the complaint of multiple root stumps in the maxillae and the mandible since six months. There were no associated symptoms. The patient\'s medical and family history was non contributory.

On general, a physical examination facial asymmetry was detected due to the hollowing of cheek and chin on the left side ([Figure 1](#fig1){ref-type="fig"}), the left eye was depressed in the socket (enophthalmos) along with deficient eyebrows ([Figure 2](#fig2){ref-type="fig"}), the malar hypoplasia, atrophy of facial skin and upper lip on the left side. Loss of the subcutaneous fat with prominent bony ridges on the ipsilateral side was observed when compared to the normal side. ([Figures 3A and 3 B](#fig3){ref-type="fig"}). There was a deviation of nose and the angle of mouth to the affected side. Pigmentation was noticed on the left side of the forehead and the chin region. Scant hair and eyebrows were present on the left side. There was a atrophy of temporalis, buccinator, masseter muscles and prominent zygomatic arch on the left side ([Figure 4](#fig4){ref-type="fig"}). The ear on the left side was pulled towards the front giving it a bat ear appearance.

![Clinical photograph showing marked asymmetry of the face.](jomr-02-e5-g001){#fig1}

![Clinical photograph showing enophthalmos.](jomr-02-e5-g002){#fig2}

![Comparison of the normal and the abnormal side.\
A = normal side; B = abnormal side.](jomr-02-e5-g003){#fig3}

![Clinical photograph showing atrophy of the left side of the tongue.](jomr-02-e5-g004){#fig4}

On the further evaluation patient gave a history of trauma (fall) from approximately 4 - 5 feet above the ground, when the patient was six months old.

The patient also noticed brownish discoloration of the skin near the forehead followed by shrinkage of the left side of the face when she was thirteen years of age. The patient visited a local physician, who suggested cosmetic correction for the same, but could not carry out the treatment because of financial reasons.

The intraoral examination revealed the atrophy of tongue on the left side and angular cheilitis on the same side. Maxilla and mandible appeared hypoplastic on the affected side. The teeth examination revealed multiple root stumps and decayed teeth ([Figure 5](#fig5){ref-type="fig"}).

![Clinical photograph showing multiple root stumps and decayed teeth.](jomr-02-e5-g005){#fig5}

Based on the clinical features, a diagnosis of Parry-Romberg syndrome was made. Routine blood investigations were carried out which revealed all values within normal limits.

As a part of radiographic investigations an orthopantomogram, paranasal sinuses view and a posterior-anterior cephalogram was made. The orthopantomogram revealed thinning of the body of mandible, smaller condyle and the coronoid process, shorter roots of teeth on the left side, when compared to the right side ([Figure 6](#fig6){ref-type="fig"}).

![Orthopantomography showing thinning of the body of mandible, smaller condyle and the coronoid process, shorter roots of teeth on the left side when compared to the right side.](jomr-02-e5-g006){#fig6}

The paranasal sinus x-ray examination showed smaller frontal and maxillary sinus on the left side when compared to the right side ([Figure 7](#fig7){ref-type="fig"}).

![Paranasal sinuses radiograph showing hypoplastic maxillary sinus on the left side when compared to the right side.](jomr-02-e5-g007){#fig7}

The posterior-anterior cephalograms revealed asymmetry of the jaws ([Figure 8](#fig8){ref-type="fig"}).

![Posterior-anterior cephalogram showing asymmetry of the jaws.](jomr-02-e5-g008){#fig8}

As a part of treatment all the teeth of fewer prognoses were extracted and a removable partial denture was fabricated.

There is no definitive treatment for this condition but an attempt to use alloplastic implants can be done to improve facial disfigurement. Similar treatment was suggested to the patient, but the patient could not make it up for a logistic reasons. The patient was reviewed for a period of six months and no progressive changes have occurred.

DISCUSSION
==========

PRS is an uncommon degenerative and poorly understood condition \[[@B21]\]. It is characterized by a slow and progressive unilateral atrophy of the facial tissues, including muscles, bones and skin \[[@B22],[@B23]\]. The condition is more often found in female population and has predilection for the left side of the face, which is seen in presented herein case \[[@B5]\]. More than an aesthetic concern, this disease brings several functional and psychological problems due to asymmetry of the face \[[@B21]\]. The main feature is hemiatrophy of the facial tissues, typically fat, but variably skin, other connective tissue, and sometimes bone \[[@B6]\]. All these features were present in the case herein. The prevalence rate is estimated to be at least 1 per 700.000 in the general population \[[@B6]\]. Characteristically, the atrophy progresses slowly during many years and then becomes stable as in our case \[[@B23],[@B25]\].

The extension of atrophy is frequently limited to on one side of the face, and the ipsilateral involvement of body is rare (23 to 10% of cases were described as being bilateral) \[[@B9]\]. In the case presented here, there was involvement of only one side of the face. The most important features of this disease are enophthalmos, the deviation of mouth and nose to the affected side, and the unilateral exposition of teeth (when lips are involved) \[[@B26]\], which were also found in our case. Clinically, the skin can be dry and hyperpigmented \[[@B21]\], which is also seen in presented case. Some patients present a demarcation line between normal and abnormal skin, known as \"coup de sabre\" (French term which means \"cut of the sword\") \[[@B6],[@B21]\] which is not seen in our case. Another important feature is ocular involvement and the most frequent manifestation is the enophthalmos, due to fat loss around the orbit, as was observed in our patient \[[@B11]-[@B13],[@B21],[@B27]\]. Thinning of the ear due to atrophy of the fat around it, alopecia on the involved side was a manifestation registered in our patient \[[@B21]\]. The neurological complications, such as trigeminal neuralgia, facial paresthesia, severe headache and contralateral epilepsy can also be present \[[@B11],[@B14]\], but were not diagnosed in our case. Our patient also presented with atrophy of the tongue on one side in consistent with the findings mentioned by Da Silva-Pinheiro TP et al. \[[@B21]\]. Our case showed all the classical clinical manifestations of the disease.

Radiographically, the teeth of patients with PRS have short roots and appear small, when compared to the uninvolved side \[[@B21]\]. The similar findings were present in our case ([Figure 6](#fig6){ref-type="fig"}). Unilateral crossbite can be present due to hypoplasia of bone and delayed eruption. These features could not be seen as the patient had multiple root stumps on the affected side ([Figure 5](#fig5){ref-type="fig"}).

The treatment is usually based on reposition of adipose tissue that was lost due to atrophy. Autogenous fat grafts, cartilage grafts, silicon injections and prostheses, bovine collagen and inorganic implants are some alternatives to aesthetic correction of the atrophy \[[@B28]\]. The treatment modalities mentioned, resolve just momentarily the good appearance, whereas all the structure projected in the cosmetic surgery is lost with time, due to gravity action, and the patient usually requires new intervention \[[@B21]\]. Panfacial volumisation with autologous fat is an excellent tool for replacing volume and restoring contour to the aging face \[[@B29]\]. Our patient was suggested treatment using alloplastic implants to improve the facial appearance, but could not make up for financial and logistical reasons.

CONCLUSIONS
===========

Parry-Romberg syndrome is an uncommon condition, which manifest as atrophy of one side of the face. In most cases, Parry-Romberg syndrome appears to occur randomly for unknown reasons. The pathophysiology of the syndrome remains unknown. We hereby are presenting a case of Parry-Romberg syndrome with classical features.
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